contiguous genes for pulmonary stenosis, neurocutaneous anomalies, short stature, and mental retardation on 17q.
Watson syndrome is characterised by pulmonary valvular stenosis, cafe au lait (CAL) patches, dull intelligence, and short stature.' 2 Watson' provided convincing evidence against the chance occurrence of NF1 and pulmonary stenosis in three families from one paediatric cardiology practice; the reporting of an additional family would support this.
The present reappraisal has provided no evidence to suggest that Watson syndrome overlaps with Noonan syndrome. The cardiac lesions observed seem to be distinct. In Noonan syndrome, several different cardiac anomalies are described with characteristic left axis deviation, whereas in Watson syndrome only pulmonary stenosis is found, in association with right axis deviation. Watson syndrome does not seem to be associated with a particular facial 'gestalt' in contrast to the distinctive facies in Noonan syndrome. 23 From our clinical studies we concluded that these families have a syndrome combining some features of NF1 with pulmonary stenosis, but the frequency of the neurocutaneous features and complications, which are so distinct from those in classical NF1, justified the designation of a unique syndrome. These hypotheses can now be tested by applying linkage analysis of NF1 markers to pure autosomal dominant pulmonary stenosis, multigenerational families with Noonan syndrome, and direct analysis of the NFl gene in these Watson syndrome families.
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